SUMMARY Electroencephalographic observations of four cases of myoclonus epilepsy are reported. A feature in EEG findings was that spikes became more prominent in the later stage of illness. Photic stimulation had a distinct activating effect on producing paroxysms, and an increase in number of paroxysms depended not on the frequency of stimulus but on the intensity. A sleep EEG showed ill-formed humps and sigma rhythm with infrequent paroxysms. It is suggested that these observations might be due to a disturbance in the function of subcortical structures.
Electroencephalograms (EEG) of progressive myoclonus epilepsy first described by Unverricht (1891 Unverricht ( , 1895 have been reported by previous authors (Grinker, Serota, and Stein, 1938; Gastaut and Remond, 1952; Harriman and Millar, 1955) and EEGs in series were described as constant during the course of illness (Van Heycop Ten Ham and De Jager, 1963) . It is well known that photic stimulation is effective in producing myoclonic jerks and paroxysmal waves, but knowledge of its mechanism remains incomplete. Furthermore, while myoclonic jerks are absent during sleep, no sleep-recording has been reported. We have had an opportunity to record EEGs of four cases of myoclonus epilepsy, including sleep EEGs, and have attempted to gain some insight into the mechanism underlying the electroencephalographic findings. Kadobayashi, G. Ukida, and I. Kawai the ninth of 10 siblings, whose younger brother suffered from the same illness. From the age of 14 years she had convulsive seizures, and jerking movements of the extremities and the trunk. The jerking movements were usually bilateral, but especially pronounced on the left side. At the age of 24 years speech and sight were suddenly impaired, but three months later she had recovered them on medication. From that time she had progressive difficulty in walking. In January 1967, the patient was admitted to the Kyoto University Hospital because of inability to walk. On examination there was an intermittent dysarthria and her gait was ataxic. Otherwise there was little abnormality on neurological examination. (Grinker et al., 1938; Delay, Fischgold, Pichot, and Verdeaux, 1947; Gastaut and Remond, 1952; Watson and Denny-Brown, 1953; De Ajuriaguerra, Sigwald, and Piot, 1954; Schwarz and Yanoff, 1965 Namba, Ota, and Fukunaga (1966) (1954) . It is well known that the EEG of myoclonus epilepsy is activated by photic stimulation, but its mechanism remains incompletely elucidated. Gastaut and Hunter (1950) concluded that photic activation in idiopathic epilepsy was due to an abnormal permeability of the thalamic synapses. The result we obtained was that an increase in number of paroxysms depended not upon the frequency of stimulus but upon the intensity. This forms a striking contrast with the photic driving which appears in normal subjects by stimulation with a frequency of about 10 Hz. Furthermore, no oc-rhythm was discernible in myoclonus epilepsy except during the very first phase in the second patient of Van Heycop Ten Ham and De Jager (1963) . This suggests that there must be a disturbance of the upper brain-stem (the thalamus and its related structures) in myoclonus epilepsy. It seems that impulses from the retina are transmitted to these structures and trigger paroxysmal discharges. Indeed, in cats one of us has obtained photic responses in the upper brain-stem (Kadobayashi, 1970) .
As Lennox (1960) pointed out: 'report of sleeprecordings in myoclonus epilepsy has not been encountered.' We had an opportunity to record sleepEEGs in three cases and one of them reached a deep sleep. In our recording the number of paroxysms during sleep was very much smaller than that during the awake state. This may be due to a reduction of reticular activity and of sensory stimuli during sleep. When it is considered that during the awake state impulses from sensory stimuli and from the reticular activating system may cause paroxysmal discharges, decreased sensory stimuli and reduced impulses from the reticular system during sleep would result in producing fewer discharges. 
